A patient with the rare combination of a right-sided aortic arch in hypoplastic left heart syndrome with an incomplete vascular ring is described. (Br Heartj 1993;69:449-450) Patients with the usual form of hypoplastic left heart syndrome (HLHS) rarely have a right-sided aortic arch. Not one case was found in a necropsy study of over 200 patients with HLHS.1 We describe a newborn infant with both abnormalities. These were confirmed by cineangiography and at necropsy. Postmortem examination showed situs solitus, drainage of the right superior vena cava and the right inferior vena cava into a right-sided morphologically right atrium with a well-developed eustachian valve. Balloon atrioseptostomy had created an interatrial communication (10 mm in diameter) through the caudal part of a thin-walled septum primary. The superior attachment of septum primum was dispaced leftwards in relation to the septum secundum (superior limbus of oval fossa).2 Pulmonary veins drained into the left-sided morphologically left atrium. The hypertrophic left atrium was connected to a hypoplastic but hypertrophic morphologically left ventricle through a stenotic and hypoplastic mitral valve. The dimensions of the left ventricular cavity were 2 x 1 x 0-5 cm. A tiny chorda from anterolateral papillary muscle was attached to the apical trabecular part of the ventricular septum. There was a ventricular septal defect (4 mm in diameter) in the perimembranous trabecular portion. Aortic atresia was evident (the external diameter of the ascending aorta was 2 mm). The aorta was connected to the left and right coronary arteries. The external diameter of the right-sided aortic arch was 6 mm, after the left common carotid artery and 5 mm between right subclavian artery and right common carotid artery. A huge pulmonary trunk, 10 mm in external diameter, arose from morphologically right ventricle and was connected to the left-sided patent ductus arteriosus and then to the descending aorta (figure). The aberrant left subclavian artery arose from the descending aorta. The left patent ductus arteriosus and descending aorta had external diameters of 8 mm. The right aortic arch, main pulmonary trunk, and ductus arteriosus formed an incomplete vascular ring, which caused a compression notch at the posterior aspect of the oesophagus. The cardiac apex was to the left.
Case report A one day old boy, born at term and weighing 2-7 kg, was referred with an imperforate anus, thoracic hemivertebra at T8, hypoplasia of the left thumb, genital anomaly, and a heart murmur over the left sternal border (VATER association). Chromosome study showed a normal male karyotype. Colostomy was performed 2 days later. Heart failure developed at 9 days of age. At presentation the heart rate was 150 beats/min and the respiratory rate was 55/min; the blood pressure Postmortem examination showed situs solitus, drainage of the right superior vena cava and the right inferior vena cava into a right-sided morphologically right atrium with a well-developed eustachian valve. Balloon atrioseptostomy had created an interatrial communication (10 mm in diameter) through the caudal part of a thin-walled septum primary. The superior attachment of septum primum was dispaced leftwards in relation to the septum secundum (superior limbus of oval fossa).2 Pulmonary veins drained into the left-sided morphologically left atrium. The hypertrophic left atrium was connected to a hypoplastic but hypertrophic morphologically left ventricle through a stenotic and hypoplastic mitral valve. The dimensions of the left ventricular cavity were 2 x 1 x 0-5 cm. A tiny chorda from anterolateral papillary muscle was attached to the apical trabecular part of the ventricular septum. There was a ventricular septal defect (4 mm in diameter) in the perimembranous trabecular portion. Aortic atresia was evident (the external diameter of the ascending aorta was 2 mm). The aorta was connected to the left and right coronary arteries. The external diameter of the right-sided aortic arch was 6 mm, after the left common carotid artery and 5 mm between right subclavian artery and right common carotid artery. A huge pulmonary trunk, 10 mm in external diameter, arose from morphologically right ventricle and was connected to the left-sided patent ductus arteriosus and then to the descending aorta ( figure) . The 
